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Pe3lome

IpencraBneH KIMHAYECKUN CTyyail aTUITAYHOTO
TeMOJIUTHKO-YPEMUUeCKOTO CUHZPOMA B aKyIllep-
CKOM TpakTHKe. ATUMUUHBIA TeMOJUTUKO-YPeMHU-
yeckuit cutzpom (al'Y C) — opdantoe 3aboneBanue,
COTIPOBOJKZAEeTCsl KpaliHe BBICOKOMW J1IeTa/lbHOCTHIO,
JIOCTUTaloIllell TpYU CBOEBPEMEHHO YCTaHOB/IEH-
HOM [JuarHo3e 29%. Hapsijy ¢ TUNWYHBIM TreMo-
JINTUKO-YPEMUUECKUM CHUH/IPOMOM, TpomboTuue-
CKOU TPOMOOILMTOTIEHWUECKOM TTyPITyPOH, TSKE/IOkH
nipeaksiamrcreit u HELLP cungpomom al'YC siBnisi-
eTcsi 3aboeBaHUeM M3 TPYIIbI TPOMOOTHUECKUX
mukpoanruonaruii (TMA). B ocHoBe al'YC 6osb-
LIYIO POJib UTPAIOT reHeThYeCKKe MyTaljid, OJHAaKO
Iu1si MaHudecTaluy 3aboeBaHus HeobxoArUMa /10-
TIONTHUTE/TbHAsT CBEPXMOIL[HASI CTUMYJISILUS CHCTe-
MBI KOMIJIEMEHTa. Y JleTeld TaKuM TPUITepPOM Ya-
111e BCEro CIY>KUT MH(EeKLMS bIXaTeIbHbIX IMyTel U
JKeTyOUHO-KHUIIIeYHOTO TPaKTa, TOT/a Kak y B3poC-
JIBIX JKEHIIIMH TaKUM MOIIIHBIM, KOMIT/IEMEeHT-aKTH-

BUPYIOLIUM (aKTOpOM SIB/IsSIeTCST OepeMeHHOCTb.
Boicokast sietanbHOCTS 1ipu al'Y C 00yc/ioB/eHa He-
CKOJIbKMMU TIPUUMHAMU: KpakiHe pefKoM 4acTOTOM
3abosieBaHust U, KaK CIe/ICTBUE, HU3KOH MH(OPMU-
POBAaHHOCTBIO O HEM Bpaueli, HecCrelMpUIHOCTHIO
CUMITTOMOB B Hauasie pa3Butus al'YC, ObICTpbIM
pasBUTHEM IOJIMOPraHHON HeJ0CTaTOYHOCTH C T0-
pakeHHEeM I10YeK 3a cueT KaTacTpopruiecKoro reHe-
paM30BaHHOTO TPOMO00OPA30BaHuUsi B MUKDPOLIUP-
KYJIATOPHOM pyciie. Ycrex sedeHus al'YC Bo MHO-
TOM 33aBHUCHT OT CBOEBPEMEHHOCTH YCTaHOBJIEHUS
5TOrO JMarHosa U NMpoBeJieHus CreL(uueckoli Te-
paruy 3Ky/1M3ymMaboM B COUeTaHWH C TIOUeuHOH 3a-
MeCTUTeTFHOM Teparviel 1py HaJIMU|KU OCTPOM T10-
YeYHOU HEe/J0CTAaTOYHOCTH, MHTeHCUBHOMW Teparieid
1 OBICTPBIM pOJIOpa3peLleHHEM T10 TIPOTOKOJTY Beie-
HUS TSDKEJIOW TpesK/IaMIICHu.

KiroueBble c/i0Ba: aTUMUUHBIN TeMOJUTHKO-
ypeMHUeCKHi CUHPOM, TPOMOOTHUeCKasi MUKPO-
a"ruornarusa, ADAMTS-13.

Abstract

Here we present a clinical case of atypical he-
molytic uremic syndrome (aHUS) associated with
delivery. Even in timely diagnosed patients with
aHUS, case fatality rate reaches 29%. Currently,
aHUS is considered as a thrombotic microangi-
opathy, along with typical hemolytic uremic syn-
drome, thrombotic thrombocytopenic purpura, se-

vere pre-eclampsia, and HELLP syndrome. There
is a considerable genetic predisposition to all
abovementioned types of thrombotic microangiop-
athy; however, additional significant stimulation of
the complement system is mandatory for aHUS to
occur. In children, it can be triggered by respirato-
ry or gastrointestinal infections, while in women
it is typically provoked by pregnancy. High mor-
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tality of aHUS is due to its rarity and consequent
low awareness, non-specific symptoms at its ini-
tiation, and rapid development of multiple organ
failure including acute kidney injury due to gen-
eralized thrombosis in the microvasculature. Suc-
cessful treatment of aHUS largely depends on the

timeliness of diagnosis, specific therapy with ecu-
lizumab in combination with a renal replacement
therapy, and rapid delivery according to the proto-
col on severe pre-eclampsia.

Keywords: atypical hemolytic uremic syn-
drome, thrombotic microangiopathy, ADAMTS-13.

ATUTTUUHBIA TeMOJIMTUKO-YPEeMUUYeCKUM CHH-
npom (al'YC) siBnsieTcst opdaHHBIM 3a00/IeBaHU-
€M, pacripoCTPaHeHHOCTb KOTOPOTO B TIOMYJ/ISILIU
yesoBeKa KosebsieTcst Ha ypoBHe 2-7 c/IydaeB Ha
1000000 [1]. TIo coBpeMeHHBIM IMpe/CTaB/IeHU-
siM, al'Y C sIB/IsieTCsl reHeTH4eCKy 00y C/I0B/IEHHBIM
XPOHMYECKUM CHCTeMHBIM 3a0osieBaHeM, B OCHO-
Be KOTOPOTO JIe&)KUT HEeKOHTPOJMpyeMasi aKTHBa-
LUsI aJIbTePHATMBHOTO TYTH KOMIUIEMEHTa, Be/ly-
11asi K reHepa/M30BaHHOMY TPOM0O000Opa3oBaHuUIO
B COCYy/lax MMKPOLMPKY/IITOpPHOro pycna. ViHbMu
cnoBamy, al'YC, Hapsily C TUIIMYHBIM FeMOJIUTH-
KO-ypeMHUeCKUM CHHZIPOMOM U TPOMOOTHYECKOM
TPOMOOLIUTONIEHMYECKOH — MypIypoH, — SB/SIeTCS
K/IaCCHYeCKUM 3a00/1€BaHUEM W3 TPYIIIbI TPOM-
6ornueckux mukpoaHruomnaruii (TMA). Axyiie-
PbI XOpOILIO 3HAKOMBI C 3TOW Tpymroii 3aboseBa-
HUMH, TaK KaK SpyalilimMu npefcraBurensMu TMA
B aKylLlIepCTBe SIB/ISIOTCS TsDKesasi PesK/IaMIICHs,
sknamricusi 1 HELLP cunzpom (Hemolysis,
Elevated Liver enzymes, Low Platelet count).

al'yYC yaie BcTpeyaeTcsi B IeTCKOM M MOJIO[JOM
BO3pacTe, OJMHAKOBO UacTO TOpa)kaeT MY)KUHH U
JKEeHLLMH, OJHAKo TNpH [e0roTe B 3pesioM BO3pac-
Te yallle BCTpeuaeTcs y >keHIMH. HecmoTps Ha To,
uto B ocHOBe al'YC 60/IbIIIyI0 POJib UTPAIOT TeHe-
THUECKHe MYTalL[|W, CUUTAETCs, UTO JJisi MaHH(e-
cranuu 3aboseBaHus HeoOXofUMa [JOTIOIHUTEb-
Hasl CBepXMOLHasl CTUMYJSLUS CUCTEMBbl KOM-
TIeMeHTa. Y [ieTeil TaKuM TPUITEepOM yvallie BCero
CITY>KUT WH(MEKLWS AbIXaTeTbHBIX MyTel U JKemy-
JIOYHO-KHILIEYHOTO TPAKTa, TOTJA KaK Y B3POC/BIX
JKEHIIMH TaKUM MOIIHBIM, KOMIUTUMEHT-aKTUBH-
pYyHOLUM (haKTOPOM SIB/ISIETCST OepeMeHHOCTb [2].

Pasutue al'YC npu 6epeMeHHOCTH COTPOBO-
JK/IAeTCsl KpakiHe BBICOKOMW JIeTAalbHOCTBIO 00JIb-
HBIX, KOTOpasi MOKeT [JOCTUraTh TIPH CBOEBPEMeH-
HO YCTaHOBJIEHHOM AuarHose 29%. Beicokas se-
tasbHOCTH 1pu al'YC o0yc/ioBieHa HeCKOTbKUMU
TIPUUMHAMU: KpaiHe peJKol 4acToTol 3aboseBa-
HUS U Kak C/IefICTBUe HU3KOM MH(OPMHPOBaHHO-
CTBIO O HEM Bpauell, HecCTelU(UIHOCTHIO CUM-
NTOMOB B Hauasie pa3sutusi al'YC, ObICTpbIM pa3-
BUTHEM TIOJIMOPTaHHOM HeJOCTaTOYHOCTH C I10-
paKeHHeM TI0YeK 3a CUeT KaTacTpo(ruecKoro
reHepasM30BaHHOTO TpoM0000OpasoBaHUs B MU-

KPOLIMPKY/IITOPHOM pyciie [3].

YuuTbiBas BBICOKYIO HayYHO-TTPAKTHUeCKYIO
3HAUMMOCTb U Mayro ocBelllfHHOCTb al'yYC mipu
OepeMeHHOCTH B JIUTepaType, HIKe TpefCTaB/IeH
KJIMHUYeCKUM cilyyail laHHOM NaTo/IOoruH.

KinnHuueckmnii cryyait

B otzenenue maronoruy 6epeMeHHBIX CTaLHo-
Hapa TpeTbero ypoBHsa 10.07.18r. B 17 vacos 40
MUHYT rocrynuia nauyexrka C., 17 ner.

B anamHese: He 3amyskeM, He paboTtaeT. MeHap-
xe B 12 net. /laHHasi bepeMeHHOCTb TepBasi, BCTa-
Jla Ha YYeT B )KeHCKYI0 KOHCY/IbTaLuo B 19 Hesleb
OepemeHHOCTH, BCcero 12 mocereHuii. IlepBbliii
TPUMECTP OC/IOKHHJICS PBOTOU OepeMeHHOM; BTO-
POl TPUMECTp aHeMUeH JIeTKOU CTereHu TsyKeCTH,
TI0 TIOBOZY uero rosyvasa Inpernaparsl kenesa. B
TpeTbeM TpuMecTpe ¢ 31 Hefleny AUarHOCTUPOBa-
HbI OTEKU OepeMeHHOM.

10.07.18r. mpu NpoBefieHNH IJIAHOBOTO OCMO-
Tpa B )KEHCKOW KOHCYJIBTAIUH TI0 Y/IbTPa3ByKOBO-
My uccienoBanuio (¥Y3U) 610 BBISIBIEHO Mano-
BOZYe, MaljMeHTKa Oblla Harpas/ieHa Ha FOCMUTa-
JIU3aLMI0 B aKyILIepCKUI CTaljoHap.

[Tpu rocTyrieHUY BbICTaB/IeH AHArHo3:

OcHoBHoe 3a0osieBanne — GepeMeHHOCTb 37
HeJie/lb, FOHasl TIepBOPO/SILasi, XPOHMYeCKasi Cy0-
KOMIIeHCHPOBaHHasi (eToruiarieHTapHasi HeJjoCTa-
TOYHOCTb.

Oc/10)KHeHHsT 0CHOBHOTO 3a00/1eBaHusI — Ma-
JIOBOZIVie, XPOHUUeCKasi TUTIOKCHS T1/107ja.

ConyTcTByHoiee 3a00/1eBaHie — OTeKU Oepe-
MenHoH, anemus II crenenu (Hb 71 /7).

Ha nepeble cyTKu mpeOblBaHMsI B CTal[MOHApe
(11.07.18r.) y manueHTKH TMOSBU/IMCH KaJo0bl Ha
YyBCTBO ’Kapa, IOJIOBOKPY)KeHHe, c1aboCTh, Tro-
JIOBHY!0 007b, CyXO#l Kalllesib, TSDKeCTb 3a IpyAu-
HOH; Ha Bropele cyTkH (12.07.18r.) noGaBWamch
’Kasiobbl Ha HaCMOPK, C/ie30TeueHre, KPOBOTeue-
HUe W3 HOCa, KOTOpble paclLieHeHbl KakK IposiBie-
HUS1 OCTPOI pecrupaTopHON BUPYCHOM UH(MEKLIMU
(OPBMN), octporo 6ponxwura. JTabopaTopHO BbIsIB-
JIEHO 3HauuTesbHOEe TpeBbIlIeHNe ypOBHeM Jiak-
tatgeruaporenassl (JIAT) u menounoit docdara-
3bl. YUUTBIBasI aHEMUIO TSDKeJION CTeTieHH, [Ji7is ee
KOPPEKLMH 00JTbHOM MpOoBe/ieHa reMoTpaHChy3ust
— 2 [103bI OTMBITBIX 3PUTPOLIUTOB.
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B guHaMuKe Ha TpPeTbHM CYTKU NpeObIBaHMS B
craipoHape (13.07.18r.) ykasaHHbIe BbIllle >Kaso-
ObI KyITUPOBAJIMCH, COCTOSTHHE OLIEHEHO KakK YIOB-
JIeTBOPUTE/IBHOE, O/JHAKO J1ab0pPaTOPHO BBISIB/IEHO
pe3Koe CHIDKEHHe YPOBHs TPOMOOLIUTOB 710 91 ThI-
csiu Ef/MKi, uTO paclieHeHO Kak IposiBjieHue Tsi-
>kesiort ripeaksiamricuu, HELLP cungpoma. Jleua-
M BpauoM U KOHCHU/IMYMOM OTMeUeHO HeasleK-
BaTHOe, arpecCHBHOe TIOBefleHHe OobHOM, 00y-
CJIOB/IeHHOe 3HIjedasonaTrell HesICHOTO reHe3a.
[NaneHTKa KaTeropuuecku OTKasajach OT Tpefi-
JIO)KEHHOT'O KCTPEeHHOI'0 OTepaTUBHOIO pojopas-
peleHusi, efi Obl/la HayaTa MOATOTOBKA POZOBBIX
MyTel TpU TIOMOLM aKTHBHBIX METO/OB U Tepa-
NSl B COOTBETCTBHE C KJIMHUUECKHUM MPOTOKOJIOM
M3 P® «['mnepTeH3MBHbIE PACCTPOMCTBA BO Bpe-
Ms1 OepeMeHHOCTH, B POJiax U I0CIePOOBOM Iie-
puoge. [IpesknamrIicust. DK/1aMIICUs».

15.07.18r. y nauyeHTKH CIIOHTAHHO pa3BUJaCh
pozioBasi [iesTeIbHOCTD, TPOU30IIINA CPOYHbIE PO-
JIbI JKMBBIM IIJIOJOM MY>KCKOTO T0J1a, BeCoM 3455
rpamm, poctom 49 cMm, 5-7 6asu10B 110 Atirap. Poger
BeJIMCh 107, NPOJJIeHHOW SMU/ypajibHONM aHaire-
3ueii. B pojax oTMeuasnach runeprepmus Ao 38,0°
Y 31130/ KPOBOTeUeHwUst U3 Hoca 00bemMoM 40 M.

[TepBBbIe CyTKH IIOCIEPOJ0BOTO NepHozia MpoTe-
KaJlu y/I0BIIETBOPHUTEBHO, 6e3 0COOeHHOCTeH.

Ha BTOpBIE CYTKM TNOCAEpPOZOBOr0 Iepuoja
17.07.18r. y GonbHOV MOSIBUUCH >Kano0bl Ha To-
JIOBHYO 00Jb, TOIIHOTY, TOJIOBOKPY)XEHHE IIpH
xo/ibbe, pBoTy, oTCcyTcTBME Mouu ¢ 16.07.18r. O6-
11]ee COCTOsTHME paclieHeHO Kak TSDKeJIoe, BhIsIB/IeHa
JKeJITyXa, renaroCcrieHOMerasaus, KpOBOU3IHSHUS
Ha I71a3HOM JiHe B BHJe IeTeXUil, KpPOBOMOATEKU
B MeCTax MHBEKLUH, aHypusi. JlabopaTopHO BbIsB-
JIleH CHHJpPOM ILWTosM3a (acrapTaTaMUHOTpaHC-
¢epasa (ACT) mpeBbilieHa B 7 pa3, alaHWHaAMU-
Hotpacdepasa (AJIT) - B 2 pa3a), CUHAPOM XoJie-
crta3a (menouHast ¢ocdaraza mpeBbimieHa B 1,5
pa3), ypeMU4yeCcKui CUHJPOM (MOUYeBHHA IpeBbI-
1eHa B 2 pasa, kpeaTuHuH B 10 pa3), CUHApPOM
cucTeMHOro BocraseHus (C-peakTWBHBIM Oeslok
TipeBbIllleH B 77 pa3), cuHapoM remosnusa (JIAT
TipeBbIlieHa B 17 pa3, reMO/IOOWH W SPUTPOLIUTHI
CHIKeHbI Ooj1ee ueM B 2 pasa), CUHZPOM KOaryJio-
naTyu (ToKasaresb MeXXJyHapOoJHOr0 HOpMaslr30-
BaHHoro otHoueHuss (MHO) yBenuueH B 1,2 pasa,
aKTUBMPOBAaHHOE YaCTUUHOE TPOMOOIIaCTHHOBOE
Bpemsi (AUTB) - B 2 pasa) (Tabmuns 1,2,3).

BbicTaB/1eH AMarHo3:

OcHoBHOe 3afo/ieBaHMe — TPOMOOTHYECKast
MHKPOAHTHOIaTHsl, aCCOLMMPOBAHHAs C TSKEIOU
nipeaknamricueii, HELLP cungpom. Cencuc?

OC/10)KHeHNs1 OCHOBHOrO 3a0osieBaHUA —
OBC-cuHgpoMm, ocTpasi ToueuHasi He[oCTaToy-
HOCTb B CTaJjIl aHyPHH.

ConyrcrBylomiee 3a0o/1eBaHie — BTOPbIe CyT-
KU T10CJIe CPOUHBIX POZIOB B 37 HeJiellb.

[ns panpHeiliero jedeHdsl MaljdeHTKa Obl-
Jla TiepeBe/ieHa B OTZe/leHWe peaHMMaryu. Jleve-
HUe TIPOBOAN/IOCH B COOTBETCTBHE C KITMHUYECKUM
npoTokosiom M3 P® «['mrnepreH3uBHbIE paCCTPOM-
CTBa BO BpeMsi bepeMeHHOCTH, B pojax U MoC/epo-
JoBoM nepuoge. ITpesknammcus. JK1aMICHs» B
COueTaHWH C aHTHOaKTepUasbHOW U IOCHHZPOM-
HOU Teparueli, reMoTpaHCdy3reil cBexe3amMopo-
JKEeHHOMH T171a3Mbl ¥ OTMBITBIX SPUTPOLIMTOB.

B TeueHue cyTok Ha ¢oHe NPOBOAMMOM Tepa-
MM OTMeYasach OTpHLiaTe/bHas JUHAMHUKA: TI0-
SIBUWINCH Ka/lo0bl Ha TSDKECTb B SMMIACTPUU U
60/1e3HEHHOCTh TPU Ma/bIaLUKM 3TOH 06/1acTy,
COXpaHsiylaCb aHypusl Ha (OHe CTUMY/ISALUN [U-
ypes3a, OTMeyajoch JIaBUHOOOpa3HOe HapacTa-
HUe yPeMHUeCKOro CHH/IpOMa, CHHJpOMa remo-
JIM3a, LIUTOJIM3a, Koary/onaTuy, eueHouyHo! He-
JocrarouHocTd. OlleHKa CTeleHd TSDKeCTH TI0
APACHE II, puck cmeptu=70,3%. Ilpokanbuu-
TOHUHOBBINM TeCT ObLI B TIpefiesiax pedepeHTHBIX
TroKasaresieit.

YuuTtbiBasi OTpULaTeIbHYIO AMHAMUKY Ha ¢o-
He TIPOBOJMMOW Teparnii W BBIP@KEHHBIA Tre-
MOJ/IM3, BBICKA3aHO TMPeAIOJIOKeHHe O Haju-
uyni y mauueHTkH al'YC, Ha3HaueHO oOcie-
moeanne — ADAMTS-13 (A Disintegrin And
Metalloproteinase with Thrombospondin type
1 motif, 13), KOMITOHEHTBI KOMIUTIMEHTA C,-C,
orpejie/ieHUe I1IMra-TokCcuHa. IlarjieHTKe HasHa-
YyeHa 3aMeCTHUTeJ/IbHasl ToYevHast Teparus B pexu-
Me CVVHD (HenpepbIBHbBII BeHO-BEHO3HBIH Te-
MoJuanu3), mpoBefieH oguH ceaHc ¢ 17.07.18r. mo
18.07.18r.

Ha ¢one mpoBoaumoro neuenus 18.07.18r. B
7 vacoB 30 MMHYT MpoM30L/Ja OCTAHOBKAa CepJ-
1ja, peaHUMallMOHHbIe MeponpusaTHs ObUIN Hedb-
(eKTHBHBIMY, KOHCTaTHpOBaHa Ouosiornyeckas
CMepTh.

Pesynbrar uccnegoanuss ADAMTS-13 cocra-
BuUs 34% OT KOHTpOJsi. 3-3a CMepTH MaLveHTKU
oCTa/bHble Ha3HaueHHbIe JabopaTopHbIe TeCTHI Ha
al'yYC u BBesieHUe C JieueOHOM Le/IbI0 IKY/IM3yMa-
6a He MpoBe/ieHEI.

ITocMepTHBIN AMArHo3:

OcHoBHOe 3a0o/ieBaHHe — TPOMOOTHUECKast
MHUKDPOAHTHOTaTHsI, aTUIIMYHbIA TeMOUTHKO-ype-
MUUECKUH CHHZPOM, acCOLIMMPOBAHHBIA C TsDKe-
sioit ipeakamricueit, HELLP cungpom.
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Ta6bnuua 1.
OuHamunka
61MOXMMUNYECKNX
nokasarenei y
nauneHTku c aryc

Table 1.
Dynamical change
in biochemical
parameters

lNoka3arenb
(pechepenTHbie
3HaueHusn)

15.07
Poppbli
delivery

Indicator (reference
values)

Caxap 4,02 4,93 4,02
(3,5-5.7 mmonb/n)
Blood glucose
(3.5-5.7 mmol/L)

15 yac

Jata, Bpems c60pa aHanu3a u ero pesynbrat
Date, time, and result of the analysis

17.07 17.07 18.07

6 yac
204ac  caaucremo-
20:00 puacunbTpaumMu

06:00 Hemodialysis

18.07
7 vac

15:00 07:00

4,48 4,48 1,83 1,82 10,26

06uwun 6enok 59 65 69
(65-85r/n)
Serum total protein
(65-85g/L)

50 45 23 26 49

ACT (no 35 en) 13,8 21,5 19,1
Aspartate
aminotransferase
(< 35 units)

254 205 618,9 620,6 | 2064

ANT (go 41en) 3,4 44 4,6
Alanine
aminotransferase
(< 41 units)

85,6 81,7 205,9 218,8 94,6

MoueBuHa 3,98 3,74 4,66
(3,56-8,32 mmonb/ n)
Blood urea nitrogen

(3.56-8.32 mmol/L)

18,86 20,48 5,77 5,64 11,86

KpeaTuHuH (0,044-
0,08 mmonb/n)
Serum creatinine
(0.044-0.08 mmol/L)

0,070 0,081 0,077

0,427 0,434 0,148 0,150 0,240

XonectepuH 6 5,72 5,71
(3,77-6,29 mmonb/n)
Total cholesterol
(3.77-6.29 mmol/L)

3,05 2,85 0,47 0,47 2,31

Bunupy6uH obnii 12 17 17,5
(7-20 mkm/n)
Total bilirubin
(7-20 umol/L)

19,2 18,8 10 10,3 13,3

Bunupy6uH npsmon 17 17 18
(20%)
Direct bilirubin (20%)

17 17 15 16 15

CPB (go 5 mr\n) - - -
C-reactive protein
(s5mg/L)

386 27,6 126,7 127 300

LLlenoyHasn 530 503 667

¢doccartasa

(mo 240 r/n)
Alkaline phosphatase

(<240 g/L)

301 232 150 158 237

[T (110-167 HMONb) 21,8 20,2 21,6

glutamyltransferase
(110-167 nmol)

12 10 6,3 10 31

N-amnnasa 50 1,43 47
(no 100 en)
L-amilase
<100 units

101 115 - 144 -

NAr (120-240 en) 1018
Lactate
dehydrogenase
120-240 units

1106 -

4128 - - 1018 -

MpoKanbUUTOHUH - - -
(< 0,05 Hr/mn)
Procalcitonin
<0.05ng/mL

<05 - - - -

OcC/0)KHEeHHs1 OCHOBHOro 3a0o/ieBaHusl —
ABC-crHApOM, MUKpPOAaHrHoIaTuyeckass reMoJiv-

THUYeCKasd aHeMus, OCTpasd rovyeuyHass HegoCTaTro4u-
HOCTBb B CTaJWH aHYPHUH.
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Mokasarenb (pechepeHTHbie JaTa, Bpems c60pa aHanumsa u ero pesynbrar Ta6nuua 2.
3HaueHus) Date, time, and result of the analysis AunHamuka
Indicator (reference values) 10.07 | 13.07 | 14.07 15.07 17.07 17.07 18.07 nokasarenei o6uiero
Poapl 84ac  15uac axanusa Kposu u

Delivery —08:00  15:00 Koarynorpam y

nauuneHTku c alryc

O61W Mt aHaNu3 KpoBu
Complete blood count Table 2.
RBC 2,22 317 | 3,0 2,99 1,28 1,39 1,04 Dynamical change
Red blood cell count in complete blood
Hb 71 9 95 93 39 bt 35 countparameters
Serum hemoglobin
WBC 3,5 3,4 3,2 4.4 1,7 2 3,1
White blood cell count
PLT 185 91 95 42 7 20
Platelet count
COo3 57 47 51 55 55 57 25
Erythrocyte sedimentation rate
AHM30LUTO3 ++ ++ ++ ++
Anisocytosis
MonknnounuTos ++ ++ ++ +
Poikilocytosis
IXMHOLUUTO3 + + +
Echinocytosis
Ln3soumTtos + +
Schistocytosis
Koarynorpamma
Coagulation testing
MTN (80-100%) - - - 99,2 72,5 - 68
Prothrombin index (80-100%)
HMO (0,85-1,2) - - - 1 1,42 - 1,58
International normalized ratio
(0.85-1.2)
@ubpuHoreH (2-4 r/n) 3,7 2,96 - 1,3
Fibrinogen (2-4 g/L)
TpombnHOBOE Bpems - - - 17,4 20,3 - He
(14-20 cek) cBepTbiBaETCA
Thrombin time (14-20 sec) Not clotted
AUTB (32-42 cek) - - - 35,7 68,4 - 124,3
Activated partial
thromboplastin time (32-42 sec)

Moka3arenb Jara, Bpems c6opa aHanusa n ero pesynbrar Ta6nuua 3.
(pedbepenTHble Date, time, and result of the analysis Avnamuka
3HaueHus) 13.07 14.07 15.07 15.07

nokasartenen o6uiero
aHanu3a moum y

Indicator (reference Popabl nauneHTky c alryC

values) Delivery

Table 3.

YnenbHbll BeC Mano moun | Mano moun | AHypust Dynamical change in
Specific gravity Insufficient Insufficient Anuria urinalysis
urination urination
volume volume
benok 0,122 0,088 0,226 0,226 0,276 0,441 -
Total protein
3pUTPOLUTSI 4-6 2-3 - 1-3 809 5-8 -
Red blood cell count
NlenKouuTbl 3-7 4-8 2-3 4-5 10-14 bonbuioe -
White blood cell KONn4ecTBo
count Large
amount
Inutenun 8-12 3-6 10 9-11 3-10 bonbwoe -
Epithelial cell count KONNYeCTBO
Large
amount
ConyTcTByHoiee 3a00/1eBaHie — TPETbU CYT- Omneparum — NpojyjieHHas SNy ypaibHasi aHas-
KU TI0CJIe CPOYHBIX POZIOB B 37 Heflellb. re3usi, 3MU3NOTOMUS, 3MU3nopaddus, KaTeTepu-
e e

95



OFCMm®

KNUHWYECKUN CNYYAN

FUNDAMENTAL
o
AND CLINICAL MEDICINE VOL. 4, N2 1

3a1Ust IPEMHOU BeHbl, KaTeTepu3alus 6eipeHHON
apTepHH Cripasa.

IIpu naro/10roaHaTOMHUYECKOM HCC/Ie0BaHIH
BBISIBJIEHbI OUaroBble KPOBOM3/IMSIHUSI TIOf, KOXKeH,
B MapyeTabHON OpIoIlMHe, SH/0Kapze, MUOKapAe,
TIOJ], KariCysIol reueHy, B 06/1acTy Tesla M XBOCTa 07
>KeTyA0UHOM >KeJie3bl, TI07] KariCysioi Touek, 1o, C/v-
3MCTON Yallleuek 1 JIOXaHOK ITovek. B reBpambHbIX
TMO/IOCTSIX TeMOpparuyeckasi >KUKoCTb — cripasa 400
mi1, c1eBa 800 mut. KpoBousnusiHue ¢ remopparuye-
CKVM TIPONUTBIBAHNEM OPraHOB U TKaHell BepXHero
TiepeJIHero 1 3a/jHero cpefocTeHus B 00/1acTH Kare-
Tepu3aluu SPeMHOM BeHbI.

[Ipy MHUKPOCKOTTMUECKOM HCCJIeJOBaHNH BBISIB-
JIeHO:

— B JIETKUX MHO>KeCTBeHHbIe (PMOPHUHOBBIE MU-
KPOTPOMOBI B ITPOCBETE JIEFOUHBIX COCYZ0B;

— B cep/iLie HapylleHre KpoBooOpalljeH!s B MU-
KPOLMPKY/ISITOPHOM pycJie (TPOMOBI U C/1aziKK);

— B ITOYKaxX KapTHHA PacrpoCTpaHeHHOro KOop-
THKaJbHOTO HEKP03a, B MHKPOLMPKY/ISTOPHOM
pyciie TpOMOBI, CTaiPKUPOBaHKE SPUTPOLIUTOB;

— B [leYyeH! MajIoKpoBUe, O0JIbIII0e KOJTMYeCTBO
303MHO(UIIOB B CUHYCOMJaX, BaKyoJsIbHask AUCTPO-
(uist TenaToLUTOB, B HECKOJBbKUX Cpe3ax MeJKue
o4arv HeKpo30B;

ITaTonoroanaroMuuecKuil JUarHo3: Koz I10
MKB 1- 0-14.1

OcHoBHOe 3a0oneBaHue: TsDKenasi —IIpes-
K/JIaMIICHsl C TIPeMMYILLeCTBeHHbIM TOpakeHneM
rovyek. TpeTbu CyTKH I10C/Ie MepBbIX CaMOIpOU3-
BOJIbHBIX CBOEBPEMEHHBIX POJIOB.

®doHOBOe 3a00/ieBaHMe: aHeMUs GepeMeHHOM
TSDKeJIOM CTereH!.

OC/I0)KHeHHs1  OCHOBHOTO  3a0o/ieBaHMS:
ocTpasi TodYeyHas HeJOCTaTOUHOCTb. AHYypUs.
OBC-cuHIpOM: MHOKECTBEHHbIE MeJIKOOUaroBble
KPOBOW3/IMSTHUS B CITU3UCTBIE U CepO3Hble 060/10u-
Ku. ®UOpUHOBLIE TPOMOBI B TIPOCBETE KarU/UIs-
POB, JIETKHX, TIOUeK, cepzua. [IByCTODOHHUIA Te-
Mopparuueckui 1maeBputr. OTeK roJI0BHOIO Mo3ra
C gucokaiueit ero crsona. Ocrpoe oblrjee Mano-
KpPOBHE BHYTPEHHHUX OpPraHoB.

PeanumanoHHble MepONPHUATHS W HHTEH-
cuBHasi Tepamms: VICKycCTBeHHast BeHTUISALIUS
serkux (VIBJI) — 10 yacoB 30 MHUHYT Ha BTOpbIe
cyTku. T'emorpaHcy3usi CBe)ke3aMOpPOKeHHOU
na3mel 1310 mut; oTMeIThIe 3puTpoLuThl 1090 mut.

ConyTcTByHoImue 3a0o/ieBaHUA:  XPOHHUeE-
CKHM TIenIoHe()PUT B CTajH PEMHUCCHH.

IlaTonoruss maaneHThI: MeTKOOYaroBBIN cCe-
pO3HbIH, GasanbHbIA Jenuayut. duddy3Ho-oua-
TOBBIY FHOMHBIN NapueTanbHbli Aeuayut. Cocy-

IUCTBIN (DYHUKYTUT, apTepUUT, QJieOUT MyTNOUHbIX
COCYZIOB.

ComnocTraB/ieHue 3aK/JII0UYNTE/TbHOT0 KIUHH-
YecKOro AuarHosa M Iaro/0roaHaTroMHuecKo-
ro MarHo3a: pacxoX/eHue o TUIepAuarHoCTH-
ke HELLP cungpoma, al'yYC, MUKpoaHryuonarmuye-
CKOM reMO/TUTHUe CKOW aHeMUH.

HermocpencTBeHHasi MpUUrWHA CMEPTH — TIOJTH-
OpraHHasi HefloCTaTOYHOCTb.

O6cyxaeHnue

[JaHHBIA KIMHAYECKWI Cydail MoATBep)KJaeT
aBHy npobsiemy auarHoctuku al'YC, Kotopas
3aK/I0UAeTCsl B TOM, UTO 3aD0JieBaHUe yCTaHAB/IM-
BaeTCsi MeTOIOM HCK/oueHusi. [10 coBpeMeHHBIM
TIpe/ICTaB/IeHusIM, TPA HaJMYMK B aKyILepCcKOu
NpaKkTHKe y 60/bHOM TPOMOOTHYeCKOY MUKPOAHT U~
oratueit (TMA) HeoOXoAUMO MPOBOAUTH Audbe-
peHLMabHBIN fuarHo3 mexay al'yYC, HELLP cun-
IPOMOM M TsDKesioW Tipeskiamricuedt [4]. OpHako
TIpYBe/IeHHBbIN KITMHIUeCKUN C/Ty4yaid ¥ JaHHBIe JTU-
TepaTypbl TOAUePKUBAIOT TPYAHOCTH AvthdepeHiu-
aIbHOW IMarHOCTHKU MeX[y STUMHU 3a0osieBaHus-
MU, BeJlb BCe OHU CyTb OJHO U TO ke — TMA.

Tem He MeHee, B TUTepaType OMKCaHbl paHHHE
TIPU3HAKY, YKa3bIBaloIle Ha BBICOKYIO BepOST-
HocTh al'YC, KOTOpbIe HeMOCPeCTBEHHO BbISIBIIS-
JICh y AaHHOW GOTBHOM:

— nepBasi 6epeMeHHOCTb U PO/ibl, HAJTMUKE T10-
Ja myxckoro mona (al'YC waiie BcTpeuaercs y
[TAHHOW KaTeropuu 00JIbHBIX);

— MaHuectaiyst 3abosieBaHusl HecreLuduue-
CKUMU CHMITOMAMH — C/1ab0CTBIO, yTOMJISIEMO-
CTBIO, OOIMM HeJZOMOTaHHWEM, TPUIIIONOA0OHBIM
CUHZPOMOM;

— paHHUe TIPOsIBIeHUs 3HILedanonaTiy, KoTo-
pasi, BepOSITHO, MOT/Ia UMEThb TIeueHOUHbBIN UK CO-
CY[IUCTBIN TeHes;

— paHHUE TIpU3HAKUA TIOPAKEHUS JKemyou-
HO-KMILIEYHOTO TPaKTa B BH/e PBOTHI (BCTpeuaeT-
st ipubm3uTenbHO Y 30% 6osbHbIX al'YC, uaitie
BCero TMpOosiB/sSieTCs Juapeel, TOIHOTON U PBOTOM,
pexke — abloOMUHAILHBIM OOJIEBBIM CUH/IPOMOM);

— cTepToe Havaso 3abosieBaHusl, MAaCKUPYOLIie-
ecst mog, OPBU ¢ Mez/ieHHBIM TIPOrpeCcCHpOBaHU-
eM, TIp1 KOTOPOM B TeueHue 6 AHel Hab/roanack
aHeMUsi, TPAH3UTOPHAsi TPOMOOLIUTOTIEHUSI U CO-
XpaHsulach (pyHKIMs Touek (BcTpeuaercs B 20%
cnyuaeB al'yYC y B3poC/bIX);

— paHHMe TIPHU3HAK{ reMOUTHUeCKOW aHeMUH,
KOTOpBIe OTPeZie/sUTMCh /IO Pa3BepThIBAHUS KITH-
HUueckux cumnromos al'yYC: nporpeccupyromas
aHemusi, BbicokMe Tioka3atesnn JIZIT (3a Tpoe CyTOK
Jlo pa3BepThiBaHus KIWHUKY al' Y C);
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— OBICTPOE ¥ TIPOrpecCHpYIoLiee CHIDKeHHUEe
YPOBHSI TPOMOOLIMTOB 3a /IBO€ CYTOK /I0 Pa3BepThl-
BaHUS KIMHUYecKuX cumMnToMoB al'YC;

— OTCYTCTBHE TIPHM3HAKOB TSDKeJOH IIpes-
KJIaMIICUH IO pa3BepThIBaHUS KIMHUUECKUX CUM-
nitomoB al'YC: oTCyTCTBUe apTepuasbHOW TUrep-
TEH3WM Ha BCeM 3Tarie HalOmofeHus 3a TalueHT-
KOM, OTCYTCTBHE ITPOTEUHYPHH;

[lo paHHBIM JMTEpaTypbl, MPU KIWHUUYECKOM
pa3BepTbiBaHMK al'YC ero CjIo)KHO OTJIMYUTH OT
apyrux akymepckux TMA, Tak Kak 3aboseBaHue
Hepeziko MaHuectupyeT B Buge HELLP cunapoma
WM nipeskiamiicuu’. TeM He MeHee, JaHHBIA K/d-
HUYeCKUH C/TyJaii TIPOIeMOHCTPUPOBAJT HECKOJTBKO
KJTFOUEBBIX OT/IHUWM, KOTOphIe TI03BomM Audde-
penuyposars al'YC ot gpyrux akyuepckux TMA:

— TopakeHUe T1oueK y 6onbHOM MaHUpecTHpo-
BaJsIo B BU/le OCTPOM MOUeYHOU He/J0CTaTOYHOCTH C
Ha/jMureM aHypuH;

— TeHepa/JM30BaHHBIA Xapaktep TMA rmipu
al'YC o0ycsioBu KaracTporuueckoe pa3BUTHE y
NarMeHTKX SKCTpapeHaIbHbIX MTPHU3HAKOB 3aborte-
BaHMsI, CBSI3aHHBIX C TTOpaKeHHeM MUKPOLIUPKYJIsi-
TOPHOTO pycC/a JIErKuX, MOJPKeNylI0UHON rKese3bl
Y 1eveHH (110 JJ@aHHBIM JIUTepaTypbl, BHEIIOUEUHbIe
niposi/ieHusi 3abosieBaHusi HabmoparotTest y 20%
MaleHTOB, U3 KOTOPBIX MOYTH /IBe TPETH UMEIT
HosibILe OJHOTO KCTPapeHaTbHOTO TIPU3HAKA);

— Ha;Muue y G0JIbHOM IPOrpeCccUpyoLiero He-
KyTnupytolerocs remonusa (rosbitenue JIAT, mo-
sIBJIEHHE T1IHA301[UTOB);

— k/TtoueBbIM Tipu3Hakom al'YC y 60/1bHOM SIBU-
JIOCh OTCYTCTBUE TOJIOKUTEIbHOM JAWHAMUKU OT
poziopaspellieHus: 3TOT NpU3HaK SIB/ASETCs Orpe-
AensitoiuM B iuddepeHIMaIbHON  TUaTHOCTH-
Ke 3a00jeBaHUS C TsDKEJION MpesKIaMIICHell |
HELLP cunapomom.

[IpuBeneHHBI KIMHUYECKUM CIydail Tofuep-
KMBaeT CJIOKHOCTh BepU(UKAL[M [JuarHo3a He
TOJILKO MPU KJIMHUYECKOM, HO M NP MaTo/10roaHa-
TOMHUECKOM HCC/Ie/joBaHUK . [eHepain30BaHHOe
Topa)keHHe MMKPOLMPKY/IITOPHOTO pycja Tpu
akymepckux TMA B coyeTaHud C OTCYTCTBHUEM
OITMCAHHBIX B JIMTEpaType CreLu(puueckux Map-
kepoB al'YC mpu mnarosioroaHaTOMHAYeCKOM WC-

1 KnuHuyeckue pekomeHdayuu no duazHocmuke u
fledeHU0 amunuyHo20 2eMOIUMUKO-YpemMu4ecko20 CUHOpo-
ma / HayuyHoe o6wecmeo Hechponozos Poccuu // Hegppono-
2usi u duanus. 2015. T. 17, N@ 3. C. 242-264.

2 Tpom6omuueckas MukpoaHauonamus e akywep-
cmee [31ekmpoHHbIl pecypcl. HhopmayuoHHO-memodu-
ueckoe nucbmo, ymeepxxdeHHoe M3 P® om 5 mas 2017 200a

N 15-4/1560-0721 // KoHcopyuym Kodekc. Mockea, 2017. URL:
http:/ /docs.cntd.ru/document /456072686 (dama o6paweHus:
22.01.2019

C/lelOBaHUM TPeOyIOT OT Bpaua-IiaTojoroaHaTomMa
TIaTeIbHOTO COTIOCTAB/IEHUs] Pe3y/IbTaTOB BCKPhI-
THS C KTMHUYE CKUMH U J1TaO0paTOPHBIMU JJAHHBIMU
vctopun 6ose3Hu. B JaHHOM KIMHUYECKOM CITy-
Yyae IaToJ0roaHaTOMUYeCKOe HCCIefloBaHUe He
BepuduurpoBano al'yYC, X0Td y NaljieHTKH nMe-
JIUCh KOCBEeHHbIe NTPHU3HAKH, yKa3bIBalolllie Ha ero
Ha/jMuye: reHepaai30BaHHOe TI0pakKeHWe MHKPO-
LIMPKYJIITOPHOTO pyc/la B BU/ie MOAKOXKHBIX U MOJ-
C/A3UCTBIX OYaroBbIX KPOBOM3/MSHWM, Hapylle-
HHUs KpOBOOOpallleHUss B MUKPOLUPKY/ISTOPHOM
pycie cepfla, JIeTKUX, MeUeHd U Touek; KOpTH-
KaslbHbI HEeKpO3 I0YeK. YKa3aHHble M3MeHeHHs
B COYETAaHWH C KIMHUUECKUMHU U 1ab0paTOpHBIMU
[laHHBIMHU TIO3BOJISIIOT BepUGHULIMPOBATh /HUAarHO3
al'yYC y naHHoO 601bHOH.

[laHHbIe /MTepaTypbl CBU/IETeNbCTBYIOT, UTO
ycriex yiedeHust al'YC BO MHOTOM 3aBHUCUT OT CBO-
eBPeMEeHHOCTH YCTaHOBJ/IEHUsI 3TOr0 JMarHosa U
TIPOBeJIeHUsT  CTIeLU(pUUeCcKor Teparvu SKYIU3y-
MaboOM B COUETAHWH C TOYEYHOH 3aMeCTUTE/TbHOM
Teparyei Mpy HaJMUMU OCTPOM IOYeUHOH HeJo-
CTaTOUHOCTH, MHTEHCUBHOM Teparnuel U ObICTPbIM
poJiopaspellleHleM IO TPOTOKO/TY BeJleHUsl TshKe-
JIOW Tipe3KsiaMIichy. JIaBuHOooOpa3HOe HapacTaHue
TIO/TMOPTaHHOW HEZ0CTaTOUYHOCTH Y TIALeHTKH B
TNIpe/ICTaB/IeHHOM K/IMHUUYECKOM C/lydae He I03BO-
JIVJIO TIPOBECTH CIIeLM(pUUeCKYH0 Tepario Ky In3-
yMaboM — peKOMOMHAHTHBIM I'yMaHU3HUPOBaHHBIM
aHTuTesIoM K C5 KOMITOHEHTY KOMITIeMeHTa.

Cnenyet otMeTuTb, uto B 2017 ropy omybiu-
KOBaHO HMH(OPMaIIOHHO-MeTOANYeCKoe THChbMO
Mun3zapasa Poccuu «TpoMboTHUeCKasi MUKPOAH-
THOTIaTUsI B aKyllepCTBe», B KOTOPOM MOAPOGHO
M37I0)KeH peryiaMeHT obcsesjoBanus, guddepen-
LUPOBaHHOIO [arHo3a U JieueHWs MaljueHTOB C
al'YC. HMcnonb3oBaHue 3TOro MpoOTOKOJA MO3BO-
JIUT OKa3bIBaTh IOMOIIb MaljeHTKaM C aKyIlep-
ckuM al'YC MakcuManbHO 3(h(heKTUBHO U Hajijie-
KalmMm obpas3om.
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